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Abstract

Introduction: Morning Glory Syndrome is a congenital anomaly of the papilla. It is uncommon, and can be isolated or
associated with other ocular or general malformations. The aim of this observation was to report the first case of Morning
Glory Syndrome in Cote d'Ivoire associated with hypertelorism and agenesis of the nasal pyramid.

Observation: we present an 8-year-old male child with no particular history admitted in consultation for exotropia of the
left eye that had been developing for 6 months. On examination, the left eye had a visual acuity reduced to a luminous
perception and had a normal anterior segment. In the eye fundus, there was a large papilla excavated in the center, partly
filled by a glial proliferation with a raised ring of pigments around the excavation and an abnormal disposition of the
vessels, evoking Morning Glory Syndrome. The right eye was unremarkable. The examination of the oculomotricity
revealed an intermittent exotropia of the left eye. In addition, there was hypertelorism, nystagmus in the left eye and
agenesis of the nasal pyramid.

Discussion: Morning Glory Syndrome is an uncommon congenital disorder characterized by a widely enlarged papilla,
pink-orange in color, with a small glial tuft in the center. The retinal vessels are arranged radially in relation to the
papilla. A pigmented ring surrounds the excavation. The incidence is not well known. It is generally unilateral. It is
discovered in children most often on the occasion of visual impairment, nystagmus, strabismus and, more rarely,
leukokoria. However, in some cases, the discovery may be fortuitous in case of systematic clinical examination in children
or adults.

Conclusion: This papillary anomaly requires the search for associated general and / or ocular malformations.
Surveillance is necessary given retinal detachment risk. Early screening followed by a management in a better time of

organic abnormalities of the optic nerve is also essential in order to avoid deep amblyopia.
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Introduction

Morning Glory Syndrome is an uncommon congenital
anomaly of the papilla. It is characterized by a strongly
enlarged papilla, pink-orange in color, with a small glial
tuft in the center. The retinal vessels are arranged radially
relative to the papilla. A pigmented ring surrounds the
excavation [1]. The anomaly is generally unilateral and
associated with a deep amblyopia [1]. The diagnosis can
be made from strabismus, amblyopia, nystagmus and
more rarely in the presence of leukokoria [2].

Morning Glory Syndrome may be accompanied by
other anomalies of the central nervous system, endocrine,
renal, respiratory anomalies, or anomalies of elements of
the acronym CHARGE. Children with Morning Glory
Syndrome sometimes have median malformations of the
face, including hypertelorism, and anomalies in the base
of the nose [3]. The aim of this observation was to report
a case of Glory Morning Syndrome associated with
hypertelorism and agenesis of the nasal pyramid and to
remind the importance of early screening of the organic
anomalies of the optic nerve in order to avoid deep
amblyopia by a management in a better time.

Observation

We present an 8-year-old male child with no particular
history admitted in consultation for exotropia in the left
eye, which has been developing for 6 months. On
examination, the right eye was strictly normal. The left
eye had a visual acuity reduced to a luminous perception.
Its anterior segment was normal. The ocular tonus was
11mmHg. The examination of the eye fundus revealed a
large papilla excavated in its center, partially filled by a
glial proliferation with a raised ring of pigments around
the excavation and an abnormal disposition of the vessels
evoking a congenital malformation of the papilla in
Morning Glory Syndrome. The peripheral retina and
macula are normal. The study of refraction after
instillation of cyclopentolate drops gave the following
results: in the right eye, +1 D and in the left eye, (20-5) -
9.5 D. The examination of oculomotricity revealed an
intermittent exotropia in the left eye. At the cover test, a
fixation movement towards the temple was objectified.
The study of corneal reflection has reported a nasal
asymmetry. In addition, nystagmus in the left eye,
hypertelorism and agenesis of the nasal pyramid were
noted (Figure 1).
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Figure 1: An 8-year-old child with hypertelorism and
agenesis of the nasal pyramid.

A review was carried out to specify the characteristics
of this malformation and to search for other pathologies
associated with it. Retinophotography confirmed a large
papillary  excavation  surrounded by  pigment
rearrangement (Figure 2). To retinal angiography with
fluorescein, the red-free clichés objectified the same
results as those of Retinophotography. The retinal vessels
originate from the periphery of the papilla after injection
of fluorescein (Figure 3). The macula and the rest of the
retina showed no anomaly.

45° 31/01/2014

Figure 2: Normal eye fundus to retinophotography of the
right eye.
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Figure 3: Large papilla, large pigmented ring, important
excavation with abnormal disposition of the vessels
evoking Morning Glory Syndrome to the retinal
angiography with fluoresce in of the left eye.

The orbito cerebral CT scan showed no other anomaly
on the path of the optic nerve and the cerebral
parenchyma. The optic chiasm was normal.

At the end of this review, we concluded that it was
Morning glory syndrome associated with hypertelorism
and agenesis of the nasal pyramid.

Discussion

Morning Glory Syndrome is part of the group of
congenital anomalies of the optic nerve. Its first
description was made by Reis and then taken over by
Handmann, hence the name "Handmann anomaly” until
1970 [4,5]. It is Kindler who, the first named it after the
English name of Morning Glory, because of a similarity of
form [6].

This syndrome is uncommon. It is predominant in girls
with a sex ratio of 2/1 [2,7,8]. Its incidence remains
unknown [9]. Nevertheless, it occurs less frequently in the
black population [3]. It is, as a general rule, unilateral
[2,7,8]. However, bilateral cases have been described.
Nagy observed two bilateral cases of Morning Glory
Syndrome in a mother and her daughter [10]. De Laey
also reported 4 bilateral cases [11].

Typically, Morning Glory Syndrome is characterized by
a strongly enlarged papilla, orange-pink in color, with a
small glial tuft in its center. The retinal vessels are
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numerous, fine, and arranged radially relative to the
papilla. The papilla is surrounded by an irregularly
pigmented excavation [1]. There are many clinical forms.
Contractile forms have already been reported, where
contraction movements of the papilla sometimes occur,
causing a fleeting amaurosis [3,7,8]. Their movements
could be explained by the presence of heterotopic tissue
of smooth muscle fibers located in the choroid, at the
origin of the contraction [7,12]. In addition, the pulsatile
nature was due to the flux and reflux of sub-arachnoid
fluid that would be made possible by abnormal
communication between the retinal and sub-arachnoid
spaces [7]. Sugar also suggested the existence of a
relationship between the mechanism and the variation of
the venous pressure during respiration [13]. Other
clinical forms with vascular anomalies have been
described [7]. Yamana reported cases of macular aplasia
in patients with Morning Glory Syndrome [14].

Its discovery usually occurs before amblyopia;
strabismus and nystagmus. This was the case of our
observation where the child was admitted for exotropia,
nystagmus and vision loss in the left eye. Anomalies of
refraction were often seen in the form of myopia,
hyperopia and astigmatism. Our observation also showed
the same anomalies of refraction except for hyperopia.

Visual acuity is generally less or equal to 1/10 and not
improvable [15]. In our case, the patient has a visual
acuity restricted to a luminous perception. However
acuities of 10/10 have been reported [16]. Loudot
observed a visual acuity recovery of 7/10 after functional
rehabilitation in a 2 %;-year-old child with Morning Glory
Symptom with exotropia and unilateral severe amblyopia
[3]. This implies that an attack treatment by occlusion is
necessary in all cases of asymmetric or unilateral
anomalies of the optic nerve, because a functional part is
often associated with the organic part in organic
amblyopia.

The pathogenesis of Morning Glory Symptom is
controversial. Schneider, first considered it as a particular
form of coloboma where the colobomatous defect is
central and due to an anomaly of closure of the embryonic
fissure [7]. A pathological study by Mauschot showed the
absence of a solution of continuity between the retinal
pigment epithelium and the inner limit of the papilla, thus
demonstrating that there is no neuroectodermal closure
defect [12]. In his opinion, Morning Glory Syndrome is a
mesodermal congenital lesion and not a coloboma of the
optic nerve. In addition, Pollock suggested that Morning
Glory Symptom is a primary mesenchymal anomaly
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resulting from the defective closure of the scleral
posterior wall and the poor development of the cribriform
plate [3]. As for Mohamed, it may sometimes be
hereditary [16]. Thus Nagy described a case of Morning
Glory Syndrome in a mother and her daughter [10].
Genetic  predisposition remains uncertain [10].
Nevertheless, mutations in the PAX6 gene have been
associated with Morning Glory Syndrome [8]. Morning
Glory Syndrome is usually isolated [3]. However, it may
be accompanied by basal encephalocele. Children with
Morning Glory Syndrome also run the risk of developing
respiratory, endocrine and neurological disorders.
Sometimes, they present median transformations of the
face, with hypertelorism and anomaly of the base of the
nose, palate and anterior part of the base of the skull,
sometimes even a hypothalamic-pituitary hernia. 1/3 of
patients have no chiasma [3]. In 75% of cases, the
transphenoidal encephalocele is accompanied by agenesis
of corpus callosum [3].

Associations with Moya-Moya disease, CHARGE
syndrome, sella turcica anomaly, trisomy 4q and some
cases of type 2 neurofibromatosis have been reported
[3,7,11,17]. We present in our case an 8-year-old child
with a unilateral Morning glory syndrome associated with
hypertelorism and agenesis of the nasal pyramid. This
association with the agenesis of the nasal pyramid could
be the first case described in the literature, which makes
our observation unique. The malformation could be
complicated by retinal detachment in about 30% of cases.
The pathogenesis of these detachments is controversial.
Conventionally, these retinal detachments are considered
to have a non-rhegmatogenic origin and more rarely a
rhegmatogenic origin. Thus, the discovery of a case of
Morning Glory Syndrome should be the subject of a
regular monitoring, a multidisciplinary management, a
complete clinical examination and a thorough
morphological assessment.

Conclusion

Morning Glory Syndrome is an uncommon congenital
anomaly of the papilla. Its diagnosis requires the search
for other associated malformations. Surveillance is
necessary given retinal detachment risk. Early diagnosis
followed by a management of organic congenital
abnormalities of the optic nerve, is essential in order to
avoid deep amblyopia.
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